a guide t o i n vivo a c t i v a t i o n . One drop of freely flowing blood was collected by venipuncture i n t o a s i l i c o n i z e d v i a l containing 1% glutaraldehyde i n 0.38% c i t r a t e . Using phase microscopy, 200 p l a t e l e t s were examined t o see whether they were deformed (DEF) (spherical shape with 2 1 spinous process), AGG ( 2 2 a d h e r e a t DEF p l a t e l e t s ) , o r i n t h e i r n a t u r a l discoid shape.
~1 r h a s diaonosed i n 31snewborns bv t h e foilowino l i b o r a t o r v c r i t e r i a : p l a t e l e t count <100,000/mm3", PTT >90 sec in1 <36 sec), PT r a t i o > 1 . 5 ( n l = 1 . 0 ) , and fibrinogen < I 5 0 mg/dl . Primary underlvino diseases were i d e n t i f i e d and t r e a t e d . Infants were assisned &nd6mly t o one of 3 treatment regimens: I . Exchanqe transfusion with CPD whole blood q 12 hr u n t i l coagulation improvement.
11. Fresh frozen plasma (15 mllkg) and p l a t e l e t s (1 u n i t ) q 12 hr u n t i l coagulation improvement. 111. No coaqulation therapy. The 3 arouos were s i m i l a r f o r birthweiqht, s e s t a t i o n a l aqe, Apgar " . The membrane p r o t e i n s p e c t r i n i s important i n t h e maintenance of red blood c e l l (RBC) membrane shape and s t a b i l i t y . W e have previously shown t h a t it i s phosphorylated a t 4 s i t e s c l u s t e r e d near t h e C-terminus of i t s smaller subunit. These phosphates may control s p e c t r i n ' s i n t e r a c t i o n with other membrane p r o t e i n s . To t e 3 t whether s p e c t r i n phosphorylation changed with RBC age, i n t a c t RBCs were labeled with 33p04, f r a c t i o n a t e d by density, and assayed f o r age (using marker enzymes) and f o r t h e p o s i t i o n and number of 3 3~0~1 s i n s p e c t r i n dimer. 3 3~-s p e c t r i n prepared from old (average=90 d of age) and control RBCs had i d e n t i c a l numbers of 3 3~ phosphates; however t h e d i s t r i b u t i o n of 3 3~ was a l t e r e d i n old RBCs. 3 3~-l a b e l i n t h e most d i s t a l phosphorylat i o n s i t e was reduced from 0.95i0.05 moles/mole s p e c t r i n dimer t o 0.25+0.05(n=4) and was proportionally increased i n a more proximal s i t e ( s ) . Similar changes occurred i n RBCs incubated i n t h e absence of s u b s t r a t e f o r 20 h r s (but not f o r 12 h r s ) . Phosphorylation of p u r i f i e d 3 3~-s p e c t r i n from o l d RBCs with s p e c t r i n kinase and y-32P-ATP produced t h e same number and d i s t r i b u t i o n of phosphates as control. W e conclude t h a t t h e location of s p e c t r i n phosphates i n senescent o r Hospital of Buffalo, Department of P e d i a t r i c s , Buffalo. I r o n overload damages a wide v a r i e t y of organ systems, and is accompanied by an increased s u s c e p t i b i l i t y towards i n f e c t i o n s i n some p a t i e n t s . The contribution of neutrophil (PMN) dysfunction t o such infe'ctions has not been explored. W e investigated FMN functions i n seven chronically transfused children with document e d i r o n overload ( 3 each with thalassemia major and s i c k l e c e l l disease, and 1 with pure red c e l l a p l a s i a ) . A l l p a t i e n t s had received monthly transfusions f o r over 6 years and had f e r r i t i n l e v e l s above 3000 ng/ml.
metabolically-depleted RBCs i s a l t e r e d . This may be caused by enzymatic r e d i s t r i b u t i o n of i s o t o p i c label o r by a s t r u c t u r a l a l t e r a t i o n of t h e d i s t a l phosphorylation s i t e . This change may contribute t o the membrane i n s t a b i l i t y and eventual demise of t h e aged RBC. ABNORMAL IMMUNE RESPONSES TO EPSTEIN-BARR VIRUS (EBV) ASSOCIATED WITH AN ILLNESS MIMICKING
A modification of Tan's technique was used t o assay PMN b a c t e r i c i d a l a c t i v i t y and phagocytosis towards Staphylococcus aureus 502 A. Results a r e reported i n percent v i a b l e i n t r a c e l l u l a r (IB) or e x t r a c e l l u l a r (EB) b a c t e r i a a f t e r 30 or 120 minutes of incubation. PMN oxygen consumption (expressed a s mM 02/lo9 PMNs) was measured by polarigraphy a f t e r stimulation with phorbol myristate a c e t a t e . A l l r e s u l t s ( 2 5 SE) a r e indicated i n the t a b l e below.
IB30 -

IB60
-EB30 EB60 2 --
